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GOT ２８ U/L，GPT １２ U/L，LDH ３４１ U/L，CK ３０ U/L，T-Bill ０．５mg/dl
Cre ０．５７mg/dl，BUN １３mg/dl，
フェリチン １，１３９ ng/ml，ASLO ２４ IU/ml
CRP ８．７９mg/dl，プロカルシトニン０．２５（正常０．５未満 ng/ml）
抗核抗体 ４０倍（均質型，斑紋型），RF（－），抗 CCP抗体（－），抗 ds DNA（－），
抗カルジオリピン IgG（－），
抗 SS-A抗体（－），抗 SS-B抗体（－），抗 Sm抗体（－），抗 RNP抗体（－），
MPO-ANCA（－），PR３‐ANCA １５．７（正常３．５未満 U/ml），
C３ １４７（正常８０‐１４０mg/dl），C４２７（正常１１‐３４mg/dl），
CH５０４２（正常３０‐４５ U/ml），KL‐６ １４１（正常５００未満 U/ml），
可溶性 IL‐２レセプター １，１６９（正常１２２‐４９６ U/ml）
図２ 病理組織像


























persistant papules and plaques に一致するものと考
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A case of PR３‐ANCA-positive adult-onset Still’s disease
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A３４‐year-old woman presented to our hospital with remittent fever, sore throat, arthralgia, and erythema of
the trunk and limbs. The laboratory data revealed that the patient had : leukocytosis with shift to the left, levels
of antinuclear antibody４０ times higher than normal, negative results for rheumatoid factor, and hyperferritine-
mia（１１３９ ng/ml）. The autoantibody test revealed that the patient was positive for PR３‐ANCA antibodies in his
serum（１５．３ U/ml）, but there was no clinical sign of Wegener’s granulomatosis（WG）. We diagnosed adult-onset
Still’s disease（AOSD）, and we started the patient on predonine（３０ mg/day）. Because the patient’s condition
did not improve, we added cyclosporine（１５０ mg/day）to her prescription. Thereafter, her symptoms resolved,
and we tapered and then stopped administering predonine. Ten weeks later, symptoms including skin eruption,
fever, and arthralgia reappeared, and were resolved after increasing the dose of cyclosporine. Currently, juve-
nile idiopathic and juvenile chronic arthritis are considered identical or similar to AOSD. To our knowledge, there
have been only three cases of juvenile idiopathic arthritis or juvenile chronic arthritis that presented with WG.
In two cases, WG appeared１０ to １５ years after the diagnosis of juvenile idiopathic arthritis. Therefore, these
patients should be followed up carefully. Moreover, the histopathological investigation of atypical cutaneous mani-
festations was useful for the diagnosis of AOSD in this case. We thus confirm the importance of skin biopsy for
early diagnosis of AOSD.
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